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A case of Klippel-Trenaunay-Weber Syndrome (KTWS) In a 2.5-year-old girl with

congenital hemihypertrophy, nevus flammeus and liver hemangloma Iis presented. In

- addition, this report describes the rare association of hemimegalencephaly with KTWS.
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The syndrome: of a macular vascular nevus (nevus flammeus), bony and soft
tissue hypertrophy, and venous varicosities was described in 1900 by Klippel
and Trenaunay'. Weber? added another component, arteriovenous fistula, in 1907.
These findings are also present in the clinical presentations of several other
syndromes (Beckwith-Wiedeman, Silver-Russel, Sturge-Weber, Rubinstein-Taybi,
Cobbs, etc.) and malignancies (Wilms' tumor, hepatoblastoma, etc.)34,
" Hemimegalencephaly, or unilateral megalencephaly, is caused by abnormal
neuronal proliferation and migration during the second trimester, and results in
overgrowth and secondary polymicrogyria of one cerebral hemisphere. The
association of this entity with Klippel-Trenaunay-Weber syndrome (KTWS) is
extremely rare. Cerebral and cerebellar hemihypertrophy have been reported
previously®, but magnetic resonance imaging (MRI) was not done in that case.
We present a case of KTWS and her striking MRI findings with

hemimegalencephaly.

Case Report

A 2.5-year-old girl was admltted to Gulhane Military Medlcal Academy Hospital
with the findings of anemia, cervical lymphadenitis, macrosomic appearance,
- hemihypertrophy involving the left upper and lower extremities, nevus flammeus
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